Most infants with prolonged cholestasis have either extrahepatic biliary atresia or intrahepatic disease. The prognosis for those with the latter is not clear; some factors-such as aetiology,1 2 familial occurrence,3 4 presence of a second disease4 -have been claimed to affect the prognosis adversely. Progression to cirrhosis has also been observed in patients having undergone laparotomy and general anaesthesia5 because extrahepatic biliary atresia, a condition not always distinguishable from neonatal hepatitis, must be operated on as soon as possible,6 even though this means a large number of patients may be subjected to surgery.
Our study aims to define which factors influence the long term-prognosis for infants with intrahepatic cholestasis and patent extrahepatic biliary tract.
Patients
One hundred and three children (70 boys and 33 girls) with prolonged cholestasis beginning before age 3 months7 were studied from 1964 to 1974. Age at admission ranged from one week to 6 months. Patency Data and diagnostic laparotomy ( Table 2 ). In patients who were operated on, permanently pale stools and hard livers were more often noted than in those who were not. The preoperative histological data were also very different: bile duct proliferation and portal fibrosis were more frequently observed in patients who underwent surgery. Cholestasis was considered idiopathic in 70 patients although viral isolation and positive serological studies were obtained in 1. Ten of the 70 patients developed severe chronic liver disease which led to death in 9; familial occurrence was present in 6 of these 10 patients: 2 sibships with 2 affected children included in this series, and 2 other sibships in which 2 children were known to have died from cirrhosis. Despite these figures, 'idiopathic' cholestasis appeared to be associated with more favourable prognosis (Fig. 2) in patients who had undergone surgery. However, several reports suggest that there is no higher incidence of chronic liver disease in infants with neonatal hepatitis who undergo surgery.317 In fact, the potentially adverse role of laparotomy must be judged with respect to the severity of the liver disease. Thus, the patients who were operated on were indistinguishable, according to the criteria used in selection for surgery, from those who were managed medically. '6 In another series poor prognosis was mainly observed in patients with neonatal hepatitis mimicking extrahepatic biliary atresia. 4 Our study shows that the majority of patients who were subjected to surgery had permanently pale stools, hard livers, and histological features suggesting mechanical bile duct obstruction.
In conclusion, the long-term prognosis for infants with intrahepatic cholestasis and patent extrahepatic biliary tract seems to be related to factors which can be recognised in the first stage of the disease. It is worse with a-l-antitrypsin deficiency, scanty interlobular ducts, and in familial 'idiopathic' cholestasis. Children with severe cholestasis, as severe as that observed in biliary atresia who have laparotomy, are also likely to develop chronic liver disease. 
